SUMMARY This is the first observation of two cases of symmetrical infantile thalamic degeneration with cell mineralisation in a family. Although it cannot be established at present, autosomal recessive inheritance of a metabolic error causing or predisposing to damage to specific areas of the central nervous system is a possible aetiology for this condition.
Symmetrical infantile thalamic degeneration with mineralisation is an extremely rare condition, the aetiology of which is unknown. Birth injury and toxic or infectious agents are speculative causes.' 2 The disorder, which is associated with severe neurological impairment and early death, occurs sporadically and has not been reported to have an appreciable risk of recurrence for the parents of an affected infant.
We wish to report the occurrence of symmetrical infantile thalamic degeneration in two sibs born to unrelated parents after uncomplicated pregnancies and deliveries. An autosomal recessive mode of inheritance may be responsible. The family was told that the condition was not known to be a genetic one, and was not likely to recur. They subsequently had two normal boys. CASE 2 The sister of case 1 was born 7.11.78. The pregnancy was uncomplicated and delivery was normal. Birthweight was 2670 g and Apgar scores were 2 and 8 at 1 and 5 minutes, respectively. One hour after birth, thle infant developed rigidity with flexion of the arms against the chest and scissoring of the legs. Muscle tone increased more in the upper than in the lower extremities. She developed episodes of apnoea and bradycardia at 10 days of age. Electroencephalogram was repeatedly abnormal. Skull x-rays and CT scan showed no abnormalities. Urine screening tests for amino-acids, organic acids, and mucopolysaccharides were negative. Copper metabolism was not studied. The episodes of apnoea and bradycardia became more severe and were complicated by cyanosis and seizure activity. At the request of the family, the infant was discharged home with an apnoea monitor. She died at 2 months of age.
Necropsy was restricted to examination of the central nervous system. The brain had microgyria 
